Idiopathic pulmonary haemosiderosis remains a diagnosis of exclusion in patients who present with pulmonary alveolar haemorrhage. Systemic vasculitis developed in a patient with an eight year history of idiopathic pulmonary haemosiderosis. The Case report A 22 year old man had presented eight years previously with recurrent haemoptysis. Investigations revealed iron deficiency anaemia and his chest radiograph showed diffuse alveolar shadowing. The bronchoscopic appearances were normal but bronchial washings showed hemosiderin laden macrophages. An associated but asymptomatic feature was jejunal villous atrophy consistent with adult coeliac disease. No underlying cause for the haemoptysis could be found (an autoantibody screen and test for antiglomerular basement antibodies gave negative results) and a diagnosis of idiopathic pulmonary haemosiderosis was made by exclusion. He was reviewed regularly and continued to have repeated episodes of minor, self limiting haemoptysis, usually after a chest infection. At no time were there any symptoms or signs ofsystemic disease. After eight years he developed increasing breathlessness on exertion and presented with severe haemoptysis precipitated by infection. Examination disclosed line crackles in the chest but no other abnormality. His blood pressure was 100/70 mm Hg. The chest radiograph showed diffuse alveolar shadowing. Other investigations showed: haemoglobin 10 g/dl with an iron deficient picture; erythrocyte sedimentation rate 80 mm in one hour; raised C reactive protein, 80 mg/l; raised plasma creatinine, 130 pmol/l; complement C3 and C4 levels and results of liver function tests normal; 51Cr EDTA glomerular filtration rate 70 ml/min/ 1-73 m2; proteinuria, 0 5 g/day; microscopic haematuria with red cell casts. Lung function tests performed five days after admission showed a restrictive ventilatory defect with reduced transfer factor for carbon monoxide corrected for alveolar volume (Kco); arterial blood gas analysis at presentation showed: oxygen tension 4-8 kPa, carbon dioxide, pH 7-48, bicarbonate tension 4-6 kPa, 27 (Fio2 0-21) (table). The Kco remained low during the acute episode, possibly because the test was performed late as the Kco usually returns to normal within 48 hours.2 In addition, the low Kco may reflect the underlying pulmonary fibrosis, which had developed as a result of repeated episodes of pulmonary haemorrhage. Anti-glomerular basement membrane antibodies were not found. Antineutrophil cytoplasmic antibody was present with cytoplasmic pattern (titre 1/80). Enzyme linked immunosorbent assay (ELISA) showed that these antibodies were directed against myelo- 
Alveolar haemorrhage is a recognised mode of presentation of several diseases, including microscopic polyarteritis.'2 In many cases no underlying cause is found despite investigation. These cases are labelled as idiopathic pulmonary haemosiderosis,2 which remains a diagnosis of exclusion. We report a case of idiopathic pulmonary haemosiderosis in which systemic vasculitis developed eight years after the original presentation with haemoptysis, anaemia, and shadowing on the chest radiograph. This case emphasises the value of the measurement of antineutrophil cytoplasmic antibodies in patients with pulmonary haemorrhage, particularly during an acute episode.2
Case report A 22 year old man had presented eight years previously with recurrent haemoptysis. Investigations revealed iron deficiency anaemia and his chest radiograph showed diffuse alveolar shadowing. The bronchoscopic appearances were normal but bronchial washings showed hemosiderin laden macrophages. An associated but asymptomatic feature was jejunal villous atrophy consistent with adult coeliac disease. No underlying cause for the haemoptysis could be found (an autoantibody screen and test for antiglomerular basement antibodies gave negative results) and a diagnosis of idiopathic pulmonary haemosiderosis was made by exclusion. He was reviewed regularly and continued to have repeated episodes of minor, self limiting haemoptysis, usually after a chest infection. At no time were there any symptoms or signs ofsystemic disease. After eight years he developed increasing breathlessness on exertion and presented with severe haemoptysis precipitated by infection. Examination disclosed line crackles in the chest but no other abnormality. His blood pressure was 100/70 mm Hg. The chest radiograph showed diffuse alveolar shadowing. Other investigations showed: haemoglobin 10 g/dl with an iron deficient picture; erythrocyte sedimentation rate 80 mm in one hour; raised C reactive protein, 80 mg/l; raised plasma creatinine, 130 pmol/l; complement C3 and C4 levels and results of liver function tests normal; 51Cr EDTA glomerular filtration rate 70 ml/min/ Antineutrophil cytoplasmic antibodies were directed against antigens found in the neutrophil primary granule.46 Indirect immunofluorescence of ethanol fixed neutrophils shows two major categories of antineutrophil cytoplasmic antibodies-C-ANCA (cytoplasmic staining) and P-ANCA (perinuclear staining). Most C-ANCA antibodies are directed against the antigen serine protease III, whereas most P-ANCA are directed against the antigen myeloperoxidase. Autoantibodies to either serine protease III or myeloperoxidase provide a sensitive and specific test for vasculitic syndromes, including Wegener's granulomatosis, microscopic polyarteritis, classic polyarteritis, the Churg-Strauss syndrome, and vasculitis associated with glomerulonephritis.5 The use of solid phase assays to detect antiserine protease III antibodies or antimyeloperoxidase antibodies has improved the sensitivity of antineutrophil cytoplasmic antibodies testing and allowed accurate measurements of disease activity. 7 The presence of antineutrophil cytoplasmic antibodies in pulmonary renal vasculitis syndromes is well described'; in addition, antineutrophil cytoplasmic antibodies have been described in patients with idiopathic pulmonary fibrosis.8 To our knowledge they have not been reported in the context of idiopathic pulmonary haemorrhage.
An unusual feature of the antineutrophil cytoplasmic antibodies in this case is that they were directed against myeloperoxidase, despite producing a cytoplasmic pattern on the indirect immunofluorescence on ethanol fixed cells. No other indirect antigens could be detected by ELISA (alpha granule, anti-29 kDa). In contrast to a previous study,5 this patient had only IgG ANCA, with virtually no IgM ANCA. The disease had been present for many years and possibly production of the antibodies had switched from IgM to IgG. Indirect immunofluorescence showed no IgM ANCA at the time IgG became positive and the titre did not rise significantly during the course of the illness.
We suggest that ANCA tests should be performed in all patients with acute or chronic pulmonary haemorrhage. Chronic pulmonary haemorrhage, often regarded as diagnostic of idiopathic pulmonary haemosiderosis, may in fact be an occult vasculitis and this has major implications for treatment: evidence of vasculitis would merit treatment with cyclophosphamide and corticosteroids, as recommended by Fauci et Retrospectively, the precipitating antibodies against goose antigens proved to be strongly
